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Abstract

Introduction: Histoid Hansen is rare but a well-defined entity with specific clinical, histopathological, and bacteriological features. The
incidence has been reported to vary from 1-2% amongst total leprosy patients.

Methodology: We performed a retrospective analysis of the records of patients identified as histoid Hansen on the basis of clinico-
histopathological criteria, who attended the Hansen clinic from 2000-2009.

Results: A total of 962 leprosy patients attended the Hansen clinic from 2000-2009, and of these, 11 (1.14%) were diagnosed as histoid
Hansen. The youngest patient on record was 14 years of age. Nearly 70% of the patients were untreated and the rest were on multidrug
therapy (MDT) before development of histoid lesions. Three patients showed Erythema nodusum leposum (ENL) reaction.

Conclusion: India has achieved elimination of leprosy, but new cases of histoid are still recorded with the same incidence rate. Reactions are
not uncommon in such forms, and may be a transition phase to manifest lepromatous leprosy. A thorough knowledge and early detection is

needed for this uncommon variant of leprosy which can pose a threat to our elimination drive.
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Introduction

Histoid Hansen is a rare, but well-defined entity
with  specific clinical, histopathological, and
bacteriological features. It was originally described
by Wade in 1963 as discrete, firm lesions and dome-
shaped nodules which develop on apparently normal
skin in patients with lepromatous leprosy [1]. Its
exact etiopathogenesis is not well understood as it
may arise de novo or may develop after an inadequate
and irregular treatment with dapsone monotherapy or
multidrug therapy (MDT) [2]. The incidence has
been reported to vary from 1-2% among total leprosy
patients [3].

Histoid leprosy might represent an enhanced
response of the multibacillary disease in localizing
the disease process. An increase in both cell mediated
and humoral immunity against mycobacterium
leprae, as against in lepromatous leprosy, has been
hypothesized, [4]. Since then there have been many
case reports of histoid Hansen with variable
presentation [5-7].

Considering the rarity of histoid leprosy, as well
as its variable clinical expression and uncertainty
regarding its etiopathogenesis, we reviewed the data

of histoid Hansen patients who attended our Hansen
clinic from July 2000 to June 2009.

Methodology

A retrospective as well as prospective analysis of
the leprosy records of the patients diagnosed as
histoid Hansen on the basis of clinic-
histopathological criteria, who attended the Hansen
clinic at Lady Hardinge Medical College, New Delhi,
from July 2000 to June 2009 was performed. Their
records were analyzed for their demographic profile,
duration of leprosy, duration of histoid lesions, type
and distribution of histoid lesions, number of nerves
enlarged, presence of any reaction and the treatment
taken by the patients. Bacteriological index,
morphological index and details of the
histopathological findings were noted. The data was
pooled and analyzed for the above parameters.

Results

A total of 962 leprosy patients attended the
Hansen clinic from July 2000 to June 2009. Eleven
cases were diagnosed as histoid leprosy, resulting in a
prevalence of 1.14%. There were nine (81%) males
and two (18%) females, making a male to female
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Figure 1. Ulceration of the histoid papule.

ratio of 4.5:1. Nine patients (80%) were between 20
and 40 years of age. The mean age affected was 30.7
years. The youngest of was 14 years old, and one
patient was 55 years of age. Only three patients
(30%) had history of contact with a person with
leprosy. Most of the patients (70%) were manual
laborers and nearly 80% had history of residence in
the endemic states of Bihar and Uttar Pradesh.

Six patients (54%) were de novo cases of histoid
leprosy, in four of whom leprosy first manifested in
the lepromatous leprosy (LL) form and in the other
two patients histoid morphology was the only
observed pattern present. Four patients (36%) were
defaulter cases of LL Hansen. One of them had taken
dapsone monotherapy for two years and manifested
histoid after nearly 20 years of therapy. The other
three were defaulters on MDT regimen. One patient
had borderline leprosy (BL) Hansen and was still on
MDT when her histoid morphology manifested.
Those who had completed their two years of MDT
therapy before the appearance of histoid lesions were
disease-free for periods varying from three years to
14 years.

All the patients presented with smooth, shiny,
succulent nodules overlying a normal layer of skin. In
three patients (30%), the nodules were uncountable in
number, while five patients (40%) had 20 to 40
nodules and the remaining three patients (30%) had
less than 20 lesions. Eight patients (70%) also had
papules amidst the nodules. Ulceration of the nodules
was seen in one patient (Figurel). Remarkably, all
(100%) patients had facial involvement in the form of
papules and nodules mostly over the central part of
the face involving the forehead, nose, lips, cheek and
chin. Backs and buttocks were the next most common
sites involved (80%), and half of the patients
presented with papules and nodules over their
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extremities (Figure 2). None of the patients had
mucosal involvement.

Two or more peripheral nerves were involved in
all the cases, most common being the ulnar followed
by the lateral popliteal nerves. Additionally, three
(25%) of the patients had grade | deformity.

A slit smear and histopathological examination
was performed in all the cases. Histopathology was
suggestive of histoid in all of them. The smear
showed abundant long, slender, acid-fast staining
bacilli with tapering ends in most of the fields. The
bacteriological index of the slit smear varied from 5+
to 6+ (mean 5.7) with the presence of globi in a few.
The morphological index varied from 10% to 45%
(mean 35.4). In three prospective patients, a slit
smear was also taken from a distant patch of
apparently normal-looking skin. The sample was
negative in one patient but the other two samples
were 1+ and 3+ respectively in the other two patients.

Three out of 11 patients experienced type II
reaction during the course of their disease.

All the patients were put on MDT and responded
well to treatment. Nine of our patients successfully
completed two years of MDT and two patients are
still on therapy. Successful follow-up was possible in
all of the eight cases released from treatment for only
two to four years. All of them showed progressive
decline in their bacillary index (BI), decreasing from
5+ or 6+ to 4+ or zero. One patient returned with
relapse as a BL case five years after stopping of
MDT. His Bl had reduced from 6+ to only 4+ in five

years. o
Figure 2. Histoid nodules over the extensor aspect of elbow.
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Discussion

Ever since it was first reported by Wade in 1963
[1], histoid leprosy has remained enigmatic. It is a
very rare form of multibacillary leprosy with
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Figure 3. Yearly trend of histoid Hansen cases in 9 years in our outpatient department

Yearwise incidence of Histoid Hansen

characteristic ~ clinical, bacteriological, and
histopathological features. This form of leprosy
derives its name from its histopathological
appearance, which is similar to that of a tumor
derived from single element, namely spindle-shaped
histiocytes [8]. Though previously thought to arise
after long-term monotherapy with dapsone or an
irregular and incomplete therapy, it is now known to
occur as a relapse after complete MDT or even as a
de novo form, without any previous history of leprosy
therapy [2,9,10].

There are very few previous studies on this form
of leprosy. Therefore, we conducted a retrospective
analysis of all the histoid leprosy patients registered
with us between 2000 and 2009. During the course
of the study, an additional 3 new cases were
prospectively diagnosed. The prevalence of histoid in
our study was 1.14%, which was similar to that
recorded in previous studies [3].

Most of the patients were between 16 and 35
years of age. This observation was similar to the
findings in other studies [7,10,11]. One adolescent
(14 years old) also showed features of the histoid
form in our series, whereas Kalla et al. [11] have still
recorded the youngest patient (8 years old). The
male to female ratio (4.5:1) in our study was nearly in
accordance to the 5.7:1 ratio recorded by Kaur et al.
[10], but lower than that noted by Sehgal and
Srivastava (8.2:1) [7]. The increased incidence in
males points towards their greater exposure, due to
outdoor work. This speculation can also be

corroborated by the fact that 70% of our patients (8
out of 11) were manual laborers.

The typical clinical features of histoid were
present in all the patients, including numerous shiny,
succulent, smooth, dome-shaped, non tender, soft to
firm nodules overlying normal looking skin, along
with papules and plaques. It commonly affects the
buttocks, back, face and extremities. Noticeably, the
face was involved in all 11 of our patients, affecting
mostly the central-facial area involving forehead, tip
of nose, cheeks and chin. This observation does not
concur with the observations of other studies, in
which the buttocks are the commonest site of
presentation [10]. Genital and mucosal lesions have
been described by some authors, but none of our
patients had any such involvement [12].

It was earlier believed that reactions are very
uncommon in histoid cases. Contrarily, three out of
11of our patients (27%) had an episode of ENL either
prior to or during therapy. Forty per cent (16 out of
40) had been recorded by Kaur et al. [10], and a few
cases have been recorded by others [4,11]. All the
patients who developed ENL reactions were a prior
case of LL Hansen and the reactional episodes were
followed by the development of histoid morphology
in all of them. This trend strengthens the hypothesis
drawn by Kaur et al. [10] that ENL can be a
commonly observed phenomenon in a given patient
during transition to manifest histoid. Only one of our
patients showed recurrent ENL reaction after labeling
him as a histoid case.
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Histoid was earlier considered to occur only in
patients who took long-term monotherapy with
dapsone [1,2]. Later, reports after MDT therapy and
de novo occurrence were also recorded [10]. Histoid
was known to occur commonly in patients who had
previously manifested with LL lesions. We had two
patients who developed histoid leprosy without any
previous history or features of LL or any form of
leprosy. Similar findings have also been recorded by
Sehgal et al. and Kaur et al. [9,10] and Sehgal has
rightly suggested that histoid could be a distinct form
of leprosy and should not always be considered a
variant of LL Hansen.

Histoid leprosy is treated as a multibacillary
disease. We could not follow up our patients for more
than four years. One of our patients showed a very
slow decline in his Bl after two years of MDT (from
6+ to 4+ in 4 years) and later relapsed as BL leprosy
after five years of treatment completion. Whether this
outcome was due to the resistant form of his bacilli
could not be confirmed by sensitivity tests, but it
raises the serious consideration that two years of
MDT may not be sufficient for such highly bacillated
forms. Today only one year of therapy is
recommended for multibacillary forms and attempts
are being made to further reduce the duration.
However, whether histoid should be treated as other
multibacillary forms or whether other
immunotherapies should be added to the treatment
regimen deserves consideration. Kaur et al. [10]
proposed that relapses could be due to re-infection or
due to multiplication of dormant resistant bacilli. The
second possibility seemed to apply to our patient as
re-infection can be ruled out, keeping in mind the
continued persistence of his Bl to 4+ even after five
years of follow-up. We could not find any prior
reports of relapse in a treated histoid case.

In January 2007, India was declared to have
eliminated leprosy. We have seen a constant trend of
histoid Hansen in our department, varying from 0-2
cases every year (Figure 3). After 2007, three cases
of histoid were diagnosed in our department;
furthermore, cases are also still being reported from
areas, including those with low leprosy endemicity
[13]. As suggested by Palit and Inamadar, histoid
form could serve as a reservoir of leprosy and as a
source of new cases. This could pose a serious threat
to our elimination program.
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Though presentation of leprosy has been shown
to decrease at the primary health care level, due to its
near elimination; multibacillated forms will still
continue to present in our speciality especially at a
tertiary care level. histoid Hansen can be easily
identified and should be promptly treated to prevent
the further spread of the disease in society.
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